In September 2011, the International Behavioural Variant Frontotemporal Dementia Criteria Consortium established a new set of clinical diagnostic criteria for the behavioural variant of frontotemporal dementia (bvFTD). Following the 1998 criteria by Neary et al., where five core items had to be present to make a diagnosis of bvFTD, the new criteria incorporate six clinical hallmarks and demand that at least three of these are present. Moreover, a degree of probability and a role for neuroimaging findings are introduced within the criteria. The new diagnostic criteria have a sensitivity of 76 % for probable bvFTD and a sensitivity of 86 % for possible bvFTD. They provide a good starting point for a more accurate diagnosis of bvFTD.
rely to a large extent on the information supplied by caregivers. As all five core criteria need to be present for a diagnosis of bvFTD, cases with FTLD that fulfil fewer than five criteria would have to be diagnosed alternatively. The sensitivity of the 1998 clinical diagnostic criteria for bvFTD lies between 36.5 and 79 % with relatively higher specificities (90-100 %). [19] [20] [21] [22] In particular, emotional blunting and loss of insight may be lacking at initial presentation. 21 A study in 34 pathologically proven FTLD cases revealed a sensitivity of 79 % for the clinical criteria for bvFTD. With additional use of neuropsychological and neuroimaging findings, sensitivity increased to 85 % with a specificity of 99 %. 19 Snowden et al. found a sensitivity of 100 % and specificity of 97 % for the 1998 clinical criteria for bvFTD in combination with neuropsychological examination in a large series of pathologically proven FTLD cases. 5 Thus, within dementia cohorts a diagnosis of bvFTD can be made with fair diagnostic accuracy by experienced clinicians. Due to their
New Diagnostic Criteria for the Behavioural Variant of Frontotemporal Dementia focus on behavioural and emotional symptoms, it is conceivable that sensitivity and specificity of the clinical diagnostic criteria decreases when applied to a population with neuropsychiatric symptoms, including, for example, subjects with late-onset schizophrenia or depression, but this has never been investigated.
In recent years, a subgroup of patients has been described, in whom behavioural characteristics are indistinguishable from bvFTD, but who are characterised by a relative absence of functional decline and, in general, have normal findings on neuroimaging. [23] [24] [25] [26] By far the largest proportion of these patients is male. It is still a matter of debate whether these patients really suffer from a neurodegenerative disorder or whether this so-called phenocopy syndrome is part of a spectrum of psychiatric disorders. The current clinical diagnostic criteria provide no means to distinguish this benign subgroup from patients with a more degenerative course.
Other arguments for updating the clinical diagnostic criteria for bvFTD consisted of a need for a more structured categorisation of individual items and a more flexible approach to fulfil the criteria. Moreover, it was felt that adding a degree of probability to the clinical diagnosis and acknowledging the role of biomarkers and genetics in the diagnosis would be of great benefit.
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Development and Description of New Clinical Diagnostic Criteria for the Behavioural Variant of Frontotemporal Dementia
The Table 1 .
The sensitivity of the newly established criteria was then tested in a cohort of 137 pathologically verified FTLD cases yielded by 16 brain banks. The sensitivity of the 1998 criteria was 60 %, as opposed to 86 % with the newly developed diagnostic criteria for possible bvFTD and 76 % for probable bvFTD.
Discussion
With this new set of criteria, one of the main shortcomings of the 1998 criteria, namely that all five core criteria had to be present for a diagnosis of bvFTD, has been bypassed. Instead, a flexible scoring system, whereby at least three out of six hallmarks have to be present, has been introduced.
The six items are easy to memorise and easily applicable for clinicians.
Moreover, it appears that the newly introduced rating system has a higher sensitivity for bvFTD than the criteria that were used up till now.
The introduction of a degree of probability to the diagnosis of bvFTD is in line with diagnostic criteria for other main causes of dementia. [29] [30] [31] Again, analogous to, for example, the new diagnostic criteria for
Alzheimer's disease, 31 with the assignment of a role to biomarkers such as atrophy patterns, hypoperfusion or hypometabolism patterns, The other side of the coin is that approximately a quarter of subjects with pathologically proven bvFTD do not fulfil the criteria for probable bvFTD. They are either lacking one or more clinical hallmarks or fulfil one or more exclusion criteria. In the study cohort, particularly older bvFTD patients with a presentation of severe amnesia could not be classified according to the revised criteria.
Ten per cent of bvFTD patients did fulfil the criteria for possible bvFTD, but did not reach the criteria for probable bvFTD. This means that they either
